weight loss, febrile episodes, 'maximal' ESR, etc.) indicate that they are indeed associated. Certainly no other systemic cause for hair loss, such as endocrine imbalance or chemical exposure could be found, and hair loss stopped when a remission in the lED was obtained and maintained. Thus hair loss appears to have been a very early manifestation ofthe lED and its presenting symptom. The mechanism for a chronic diffuse hair loss in our patient with Crohn's disease cannot be positively determined. This patient was not malnourished and had no evidence of malabsorption. The iron deficiency which appeared later is a well recognized cause for diffuse hair loss'? and may have a contributing factor in the reported case. However, complete blood counts during the first two years of the disease showed no anaemia or signs of iron-deficiency in the peripheral blood smear, so that other, possibly autoimmune pathogenesis", may be involved.
The rare association between Crohn's disease and chronic diffuse hair loss should be noted. Our case also demonstrates again that extra-intestinal manifestations may sometimes dominate the clinical picture and precede by years the abdominal symptomatology of inflammatory bowel disease. Orbital phycomycosis is a rare but usually lethal infection caused by the fungi that belong to the class of Phycomycetes. It usually develops in poorly controlled diabetics but may occur in other debilitating conditions such as multiple myeloma, lymphomas, cirrhosis and immunosuppression. We present a patient with myelofibromatosis whose presentation and demise occurred over three days.
Case report
A 67-year-old man who had been diagnosed, after a bone marrow trephine biopsy, as having myelofibromatosis two years previously presented with a two-day history of left proptosis with blurring of vision which had deteriorated rapidly in the preceding 5 h. His haematological condition had previously been in remission following a splenectomy and regular blood transfusions. He was not taking immunosuppressants or steroids.
On examination the patient was co-operative and coherent and had a proptosis of the left eye of 4 mm. The ocular movements were present but restricted in all positions of gaze. His vision in the right eye was 6/9 and in the left eye was reduced to bare perception of light and there was an afferent pupil defect. The left fundus demonstrated a pale retina with attenuated arteries. There were no focal neurological signs. Investigations showed a haemoglobin of 12.3 g/dl, white cell count ofO.8x 10 9 /1 and platelet count of 17.0x10 9 • 3 Greenstein AJ, Janowitz HD, Sachar DB. The extra-intestinal complications ofCrohn's disease and ulcerative colitis: a study of 700 patients. The diagnosis considered most likely was that of retrobulbar haemorrhage consequent to a thrombocytopenia. After transfusion with 12 units of platelets an emergency retrobulbar aspiration using a wide bore needle did not produce fresh bloodor restore vision. A computed tomography scan revealed that the rectus muscle cone space was free of haemorrhage, but there was a low density mass associated with the medial rectus muscle (Figure 1) .
The patient deteriorated overnight becoming comatose and died the next day. Postmortem examination revealed haemorrhagic tissue in the orbit from which no organism could be cultured (the possibility of a fungus was specifically stated). Within the cranial cavity there was a thrombus in the left cavernous sinus and the internal carotid artery was totally occluded by clot ( Figure 2 ). It was largely free of atheroma. There was patchy infarction of the left cerebral hemisphere within the territories of the anterior and middle cerebral arteries. Histological examination of the medial orbit revealed necrosis and the typical non-septate hyphae of rhizopus. Similar fungi were also found in the internal 
. Postmortem appearance of the base of the brain demonstrating a thrombus in the left internal carotid artery (small arrow) with infarction of the anterior cerebrum and bleeding into the cavernous sinus (large arrow)
carotid artery with associated infarction of the left anterior cerebrum, the extent of which was greater than was evident on macroscopic inspection.
Discussion
Although numerous cases of phycomycosis (mucormycosis) have been reported!" true acute orbital phycomycosis presenting as an orbital apex syndrome of proptosis, ophthalmoplegia and reduced vision is rare. The differential diagnoses of the orbital apex syndrome are shown in Table  15 .6. At the time of presentation the diagnosis that was considered to be most likely was that of a retrobulbar haemorrhage consequent of his thrombocytopaenia. In retrospect, however, the absence of dilated episcleral vessels or subconjunctival haemorrhage was suspicious of an (Figure 1) was not due to enlargement of the medial rectus, as can occur in dysthyroid eye disease and pseudotumour, while tumours of the nasopharynx usually have a more gradual onset. Phycomycosis is caused most commonly by the genuses Rhizopus, Mucor and Absidia. The fungi are ubiquitous and normally non-pathogenic but are opportunistic in compromised patients -particularly diabetics in acidosis. The portal of invasion to the orbit is usually via the nose and paranasal sinuses. Unlike aspergillosis, which can occur in healthy individuals, phycomycosis is far more invasive with an acute onset and a high mortality. Although, as in this case, positive cultures are difficult to obtain, phycomycosis can be readily identified histologically in involved tissues with haernatoxylin and eosin, as "ell as with special fungal stains. The hyphae are larger than aspergillus and lack septa. The fungus has a predeliction for major blood vessels and in this patient death was caused by cerebral infarction due to thrombosis of the internal carotid artery and was preceded by acute visual loss due to invasion of the orbit and the ophthalmic artery.
The treatment of choice, which should be commenced before histological confirmation, is amphotericin followed by orbital exenteration 7 • A review of cases of phycomycosis infecting a variety of anatomical sites demonstrate an improvement of survival from 6% to 73% since 1970 and this is attributed to an improved premortem diagnosis leading to aggressive surgery and amphoteracin B therapy". In this patient an added diagnostic problem was his known bleeding tendency which made a diagnosis of an intraorbital haemorrhage likely and to our knowledge this is the first case of phycomycosis occurring in a patient with myelofibrosis.
